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Dept. of Pathology, PGIMS Rohtak, Haryana, India1. Introduction
Adenoid cystic carcinoma (ACC) is a malignant neoplasm that com-
monly arises from the salivary glands of the head and neck, but it can
also occur in the breast, skin, upper digestive tract and lungs [1,2]. Ear-
lier, it was labelled as bronchial adenoma, implying a benign nature, but
it is now considered to be a low-grade bronchial carcinoma [3]. It is a
rare tumor, accounting for 0.04–0.2% of all primary pulmonary tumors
and arises in the proximal tracheobronchial tree [4]. There is no sex pre-
disposition and it tends to occur in the fourth andﬁfth decades of life [5].
These tumors present as nodules within or as a generalized constriction
of the major airways. Symptoms usually result from partial airway ob-
struction and includewheezing, progressive shortness of breath and he-
moptysis [6,7]. Although salivary gland-type tumors generally have an
indolent nature but ACCL has a notable tendency for local recurrence
and late hematogenous metastases.2. Case report
A 65 year old female presented chest outpatient with complaints of
hemoptysis and cough for last 8 to 9 months. There was no history of
contact with pulmonary tuberculosis or past treatment for it. She was
a nonsmoker and vegetarian.
General physical examinationwas normal and shewas stable hemo-
dynamically. On chest auscultation, crepitations and ronchi were pres-
ent on left basal region. Other systems were essentially normal.
Complete haemogram revealed haemoglobin 10.0 g/dL, total leuco-
cyte count 12,800/mm3with differential count of neutrophils 78%, lym-
phocytes 18%, eosinophils 2%, monocytes 2% and normal platelet count.
Coagulation proﬁle was also normal. Blood biochemistry was within
normal limits. Sputum was negative for acid-fast bacilli.
Pulmonary function tests were as follows: FVC- 78%, FEV1 - 76% and
FEV1/FVC ratio of 105%. X ray chest revealed collapse consolidation on
left side along with shift of mediastinum towards left (Fig. 1). CT scan
of chest revealedmass lesion in left bronchuswith its complete obstruc-
tion and collapse consolidation of left lung. Right side of lung parenchy-
ma appeared to be normal (Fig. 2). Fibreoptic bronchoscopy showed a
lobulated growth with sharp margins completely obstructing the left
main bronchus. FNAC was done, which was consistent with diagnosis
of ACC (Fig. 3). Patient was taken up for surgery and left thoractomy
with complete excision of tumor with part of bronchus was done.⁎ Corresponding author at: 252, Kailash Hills, New Delhi 65, India.
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cinoma (Figs. 4 and 5). Immunohistochemistry, (P63 for abluminal and
CD117 for luminal cells) corroborated the diagnosis (Fig. 6).3. Discussion
Adenoid cystic carcinoma (ACC), also called as cylindroma, is a vari-
ant of adenocarcinoma with distinct histopathological and clinical fea-
tures. It occurs mostly in the salivary glands but can also be seen at
other sites like breast, skin, uterine cervix, upper aerodigestive tract
and lung [1,2].
In the tracheobronchial tree, these are the most common salivary-
type gland tumors, accounting for 20% to 35% of tracheal tumors and
75% to 80% of all tracheobronchial gland tumors.Within the lung paren-
chyma these are much less common accounting for less than 1% [4,6].
Primary lung ACC affects both sexes equally and tends to occur in the
4th and 5th decades of life [5,7]. There is no association with cigarette
smoking or other carcinogens [8].
Pathologically, these are slow growing tumors that thicken and nar-
row the bronchial wall and ulcerate centrally butmore usually inﬁltrate
into adjacent lung tissue. Distant metastases are more common than
spread to regional lymph nodes. There is no characteristic ﬁnding on
imaging and only histopathology can conﬁrm the diagnosis. There are
three patterns of growth identiﬁed on histology — cribriform, tubular
and solid [9]. A correlation between the clinical behavior of ACC and
their histological patterns has been suggested. The solid pattern has
been associated with a more aggressive clinical course and early distant
metastases, as compared to the cribriform which is benign in nature
[10].
These carcinomas are difﬁcult to diagnose on cytology.
Cytodiagnosis include features like three-dimensional clusters of
basaloid cells and hyaline basement membrane material forming cylin-
ders or spheres that are sharply demarcated from the tumor cells [6].
Although hematoxylin-eosin staining is the principal method for the
diagnosis of ACC, but it can be misdiagnosed as carcinoid or mucinous
adenocarcinoma. In such cases, immunohistochemistry is a useful tool
to enhance the accuracy. The myoepithelial cells show cytokeratin, S-
100 protein, p63, calponin, vimentin, and actin positivity while the duc-
tal cells show cytokeratin, CD 117, EMA, and carcinoembryonic antigen
positivity [11].
The primary treatment modality is surgery. However, the difﬁculty
of obtaining clear surgicalmargins inmost of the cases due to perineural
invasion, increases the risk of local recurrence even after resection
[7,12]. Adjuvant chemoradiotherapy has been used in a limited number
of patients.-ND license (http://creativecommons.org/licenses/by-nc-nd/4.0/).
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Fig. 1. Chest X-ray showing collapse consolidation on left side along with mediastinal shift.
2 S. Chhabra et al. / Human Pathology: Case Reports xxx (2016) xxx–xxxThe behavior of ACC is one of multiple recurrences with late
metastases and survival needs to be analyzed over a prolonged period
(10–15 years). Patients are prone to develop local recurrence because
of difﬁculty in obtaining clearmargins and it is recommended that mar-
gins of resection be analyzed by frozen section at the time of primary
surgery [7].4. Conclusion
Although rare, ACC should be considered in the differential diagnosis
of a primary bronchus tumor. It has a better prognosis than other lung
cancers. In the early stages, surgical resection is the treatment of choice.
As they have a propensity to spread submucosally and perineurally, ad-
juvant radiotherapy is routinely recommended in all resectable tumors.
But there is no consensus about which chemotherapeutic agent toFig. 2. CT scan chest showing mass lesion in left bronchus with total
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http://dx.doi.org/10.1016/j.ehpc.2016.07.003choose. The role of tyrosine kinase inhibitors needs to be further ex-
plored. Asymptomatic patients need regular follow-up and the best sup-
portive care possible.Authors' information
The authors are working in a government medical post graduate in-
stitute, the only tertiary care centre of the state. This hospital caters to a
very large number of patients from all sections of the society. All the au-
thors have a vast clinical experience in their respective ﬁelds.Consent
The patient has given his consent for the case report to be published.obstruction of bronchus with collapse consolidation of left lung.
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Fig. 3. FNAC smears revealing clusters of basaloid cells with hyaline globules (Giemsa 200 X).
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Fig. 5.Hematoxylin and eosin stainingdemonstrate nests and islands of tumor cellswith sharply outlined luminal spaces,which areﬁlledwithmucinousmaterial, attached to cartilaginous
structure of bronchus (cylindrical type) [A-40×, B-100×, C-200×, D-400×]
Fig. 6. Immunohistochemistry: nuclei of abluminal cells are highlighted by P63 and luminal cells by CD117. [200×]
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